Introduction
Lichen planus (LP) is an idiopathic disorder characterized by cutaneous and genital manifestations. Esophageal LP (ELP) is a rare and underrecognized disorder, with a delayed diagnosis and a lack of standardized management. To our knowledge, since the first case report in 1982, only 80 cases of ELP have been described. The diagnosis is suspected by esophageal endoscopic findings, including white papules, pinpoint erosions, and esophageal pseudomembranes, and confirmed by the presence of typical Civatte bodies on histopathology and fibrin deposition on direct immunofluorescence. It can be associated with squamous cell carcinoma (SCC) of the esophagus, but no causative relation has been confirmed. Pa-tients respond to management with endoscopic dilation and topical steroids but often require subsequent treatment. We describe the clinical presentation, diagnosis, and management of 6 cases of ELP at a tertiary institution. An improved awareness and understanding of ELP may allow for a timely diagnosis and improved management of this disorder. The fact that it is associated with SCC should move physicians to take greater precautions to rule out ELP, especially in patients with dysphagia and mucocutaneous LP lesions.
Case 1
A 75-year-old male was referred for an evaluation of dysphagia and recurrent food impactions. Five years prior to his presentation, he had undergone endoscopic balloon dilations of proximal and distal esophageal strictures. He was on omeprazole 20 mg daily. Esophagogastroduodenoscopy (EGD) at our institution was significant for a proximal esophageal stricture 20 cm from the incisors. Sequential balloon dilation was performed using 8-to 14-Fr wire-guided American Bard dilators. Esophageal biopsies revealed squamous epithelium with numerous intraepithelial lymphocytes. The patient was initiated on topical fluticasone 220 μg twice daily for 8 weeks. His symptoms resolved with this management, but recurred after 10 months. The patient required 2 additional dilations over 3 years for recurrent strictures in the proximal esophagus. No esophageal malignancy, skin, or oral mucosal involvement was diagnosed over a 3-year follow-up period.
Case 2
A 69-year-old female presented with a 1-year history of intermittent dysphagia to solid foods. EGD showed a proximal esophageal stricture with a 'pseudomembranous' appearance ( fig. 1 ). Endoscopic dilation was performed with 9-to 12-Fr wire-guided American Bard dilators. Esophageal biopsies were not obtained. The patient received a course of nystatin for presumed candida esophagitis. She subsequently developed oral and vulvar lesions, with urethral and vaginal stenosis. The biopsies showed ulcerated squamous epithelium with intraepithelial lymphocytes, consistent with mucocutaneous LP. Over the following 2 years, the patient required 3 additional esophageal dilations for recurrent dysphagia. The esophageal biopsies were consistent with ELP. The patient was treated with a course of oral steroids (prednisone 20 mg daily for 2 weeks). She remained asymptomatic for about 10 months and subsequently required 4 additional dilations over a 7-year follow-up period. No malignancy was diagnosed during that time.
Case 3
A 67-year-old female with a past medical history significant of mucocutaneous LP diagnosed 2 years prior presented for an evaluation of dysphagia and intermittent 'choking spells'. She was on prednisone 5 mg/day, omeprazole 20 mg/day, and topical triamcinolone (0.1% twice a day). She had undergone an esophageal dilation approximately 1 year ago. EGD at our institution revealed inflammation and a stricture in the proximal esophagus. Biopsies revealed diffuse, acute chronic inflammation and focal individual cell keratinization with lymphocytes, consistent with LP. Intralesional injection of triamcinolone and dilation was performed. The patient remained asymptomatic for a period of 2 years, but subsequent- ly required 5 additional dilations and a steroid injection into the proximal esophageal stricture of 20 ml triamcinolone (10 mg/ml). She did not receive medical therapy. She was diagnosed with a squamous papilloma of the midesophagus 11 years after the initial diagnosis of ELP, but did not develop esophageal malignancy.
Case 4
A 20-year-old female with recurrent oral ulcers was referred by an ENT specialist for an evaluation of dysphagia and odynophagia. A biopsy of the oral ulcers revealed mild spongiosis, with lichenoid lymphocytic infiltrate and plasma cells. The esophagus appeared endoscopically normal, and midesophageal biopsies showed squamous mucosa with lymphocytic infiltration and a lichenoid chronic inflammatory infiltrate within the lamina propria. The patient was initiated on topical fluticasone at 220 μg twice daily for 8 weeks but was lost to follow-up.
Case 5
A 76-year-old female with mucosal LP presented to our clinic with a 4-year history of solid food dysphagia and self-limited episodes of food impaction. Two months prior, EGD at another institution had revealed a midesophageal stricture that was dilated. Biopsies were consistent with severe acute esophagitis. EGD at our institution was significant for mid-and distal esophageal strictures that were dilated with a 13.5-mm balloon dilator. Biopsies revealed a dense lymphocytic infiltrate in the lamina propria extending to the atrophic squamous epithelium with a few dyskeratotic cells. The patient's symptoms resolved after dilation. She was initiated on topical fluticasone at 220 μg twice daily. No malignancy was diagnosed at 1 year of follow-up.
Case 6
A 61-year-old female with a history of recurrent esophageal candidiasis and LP of the skin was referred to our institution for an evaluation of dysphagia and odynophagia. An EGD with dilation had been performed at an outside institution, without improvement in symptoms. The patient was initiated on omeprazole 20 mg daily and on budesonide 3 mg daily, with symptomatic improvement. EGD at our institution showed a ringed esophagus and white exudates throughout the esophagus, but no strictures. The mucosa was noted to be easily sloughed with the endoscope. Biopsies from the proximal and distal esophagus revealed a dense lymphoid infiltrate in the lamina propria. Brushings of the esophagus revealed candida. Triamcinolone 20 ml (10 mg/ml) was injected into the middle third of the esophagus. The patient received a course of oral fluconazole 200 mg daily for 21 days and was continued on budesonide 3 mg twice a day and then on 3 mg/day for 10 months. The patient remained asymptomatic at 1 year of follow-up.
LP is an idiopathic inflammatory disorder of the skin and its appendages and mucous membranes [1] . LP constitutes 0.1-1.2% of all skin disorders [2] . ELP is a rare disorder and, to our knowledge, approximately 80 cases have been described since the first report in 1982 [3] . Diagnosis is important because of the tendency of ELP to cause persistent dysphagia resulting from esophagitis and stricture formation [4] . The disorder predominantly involves females, with only 8 reported cases being males [5] . We diagnosed 6 patients with ELP at our institution from 1992 to 2013. The female-to-male ratio was 5:1, with a median age of 69 years (range 20-76). The clinical, endoscopic findings and disease management are summarized in table 1.
Dermatologists should maintain a low threshold for requesting a gastroenterology consultation in patients with mucocutaneous LP and esophageal symptoms. Esophageal symptoms may precede, occur in conjunction with, or develop after the diagnosis of mucocutaneous LP [6] . Four of our patients (67%) had cutaneous manifestations (skin and oral mucosa) prior to presenting with ELP. In our case series, dysphagia was the predominant symptom (83%), followed by odynophagia (50%) and food impaction (33%). The mean duration of symptoms prior to diagnosis was 2.6 years (range 1-5). ELP may be misdiagnosed as reflux esophagitis or candida esophagitis, which may lead to a delay in diagnosis. Three patients (50%) in our case series had received a proton pump inhibitor for reflux symptoms. One of the patients had candida esophagitis, but this was in the setting of oral budesonide treatment.
EGD plays a diagnostic and therapeutic role in these patients. Endoscopic findings include white papules, pinpoint erosions, esophageal pseudomembranes, and inflamed mucosa. The findings may be mistaken for reflux esophagitis, eosinophilic esophagitis, or candida esophagitis [7, 8] . ELP may be distinguished from reflux esophagitis endoscopically by the sparing of the gastroesophageal junction. Biopsies are necessary to differentiate ELP from other disorders. Strictures in ELP occur more commonly in the proximal esophagus [6] . Some authors have proposed a progression from inflammation through ulceration, fibrosis, and stricture formation, correlating the longer duration of disease presentation with strictures. The endoscopic findings in our patients included proximal esophageal strictures (50%), distal esophageal strictures (17%), ringed esophagus (17%), white exudates (17%), and normal esophagus (17%). The patient with a normal appearing esophagus had the shortest duration of symptoms (1 year).
ELP histopathology includes a dense band-like lymphocytic infiltrate in the lamina propria, basal layer degeneration, and Civatte bodies, which are characterized by necrotic keratinocytes ( fig. 2) [8] [9] [10] . Direct immunofluorescence reveals fibrinogen deposition along the dermoepithelial interface. ELP may be associated with esophageal SCC. There are 4 reported cases of ELP progressing to esophageal SCC in the literature [6] . One of the patients in our series developed esophageal squamous papilloma after 5 years of esophageal symptoms, but none of the patients developed esophageal malignancy.
Systemic corticosteroids are considered the first-line treatment of ELP. Topical fluticasone propionate has recently been used, with mixed results [7] . It has the advantage of rapid action, and minimal absorption and side effects of systemic steroids. In our series, 2 patients were treated with topical fluticasone. They achieved symptomatic relief for a limited time.
Topical tacrolimus and oral cyclosporine have been traditionally used for genital LP, and recent case reports have shown success with oral forms of these medications [11] .
In patients who remain symptomatic despite medical management, endoscopic dilation is a viable option. The earlier concerns of stricture induction by the Koebner phenomenon (lesions along the lines of trauma) resulting from endoscopy or dilation have not been supported in the literature. However, there is no evidence showing aggravation of the esophageal strictures [2] . Endoscopic dilation with bougie dilators was performed in 5 patients (83%; mean 10 Fr, range 5-15) in our series. All patients reported improvement in dysphagia but developed recurrent symptoms, requiring repeat dilations. There were no adverse events with dilation.
Conclusions
ELP is an underrecognized disorder that may be mistaken for reflux or candida esophagitis. The diagnosis is confirmed by the presence of typical Civatte bodies on histopathology and fibrin deposition on direct immunofluorescence. Treatment options are topical steroids and endoscopic dilation. Patients with mucocutaneous LP and upper gastrointestinal symptoms should undergo an evaluation for esophageal involvement due to the high incidence of symptomatic strictures and the reported association with SCC. 
